SUMMARY The diagnostic accuracy of laboratory investigations in the prelaparotomy differentiation between extrahepatic biliary atresia (EHBA) and intrahepatic disease (IHD) was assessed in 86 consecutive infants presenting with conjugated hyperbilirubinaemia. Forty five infants had EHBA and 41 IHD. The mean serum bilirubin concentration, y-glutamyltranspeptidase (GGT) activity, and the GGT/aspartate transaminase (AST) ratio were appreciably higher in infants with EH3BA than in those with IHD. In infants with IHD, however, serum bilirubin concentrations were in the EHBA range in 19 (47 %), as were GGT values in 29 (71 %), and GGT/AST ratios in 33 (80 %). In individual patients neither increasing nor decreasing GGT values were of diagnostic importance.
Failure of biliary excretion of 99Tcm-p-Butyl-ida occurred in 29 of 30 (97%) patients with EHBA but also in 22 of 23 (67%) with IHD. In all 5 patients with IHD associated with a, antitrypsin deficiency these 4 investigations gave results in the EHBA range. Liver biopsy specimen interpretation, correct in 38 of 42 infants with EHBA, gave an overall accuracy of diagnosis of 86%: the results of 3 further biopsies were equivocal. In 33 of 40 infants with IHD bile duct obstruction was excluded; the remaining 7, including 4 with a, antitrypsin deficiency, showed equivocal changes. Faecal excretion of 131 rose bengal faecal excretion was <10% in 36 of 37 patients with EHBA and in 9 of 26 with IHD, giving an overall accuracy of diagnosis of 84%. In patients in whom genetic disorders, such as oca antitrypsin deficiency had been excluded, interpretation of liver biopsy specimens together with '3'I rose bengal faecal excretion remain the most accurate means of identifying those who need surgery for EHBA and of avoiding unnecessary laparotomy in infants with IHD.
In untreated extrahepatic biliary atresia (EHBA) the mean age of death is 10 months and survival beyond 4 The ratio of GGT/AST in patients with EHBA was mean (SD) 5-9 (3-8) (range 0.5-15-9) and in patients with IHD was mean (SD) 3.9 (4-3) (range 0-08-16-7). Thirty eight of 45 patients with EHBA (84.4%) had a GGT/AST ratio >2 compared with 21 of 40 (52-5 %) with IHD-a significant difference (X2 = 10-2 P<0.01) (Figure) . Of those with IHD, 80% had ratios in the EHBA range.
Total serum bilirubin concentrations were significantly higher in EHBA patients, mean (SD) 218*6 (80.8) lumol/l (12.78 (4.72) mg/100 ml), range 120-479 ,umol/l (7-01-28-01 mg/100 ml) compared with the IHD group (mean (SD) 154-4 (129) ,umol/l (9.02 (7*54) mg/100 ml), range 31-686 ,umol/l (1.81-40.11 mg/100 ml), (P<0.01 Liver biopsy specimen interpretation. A definite histological diagnosis of large duct obstruction was made in 38 of 42 (90%) infants with EHBA. In 3 patients, including a 20 day old boy who had features of large duct obstruction on repeat biopsy specimen taken 20 days later, histological findings were interpreted as equivocal. One biopsy specimen showed a non-specific hepatitis. In 33 of 40 (82.5 %) patients with IHD the diagnosis of hepatocellular disease or intrahepatic biliary hypoplasia was made and bile duct obstruction excluded. The histological findings were equivocal in 7 patients, including 4 with o, antitrypsin deficiency and I with intrahepatic biliary hypoplasia.
Clinical features and standard liver function tests do not distinguish between infants with EHBA and those with IHD when cholestasis, evidenced by acholic stools, is complete.20 Although a recent report'3 indicated that in EHBA the serum GGT values were higher than in IHD and that this was therefore a useful discriminant, the results of this study show that although the mean GGT value in EHBA was appreciably higher than in IHD, the overlap was considerable. Of IHD patients, 70-7 % had values that exceeded the lowest found in EHBA.
(162 IU/1). The observation that a rise in GGT values is to be expected in EHBA13 was not confirmed in this study.
It has been suggested that a GGT/AST ratio >2 indicates a diagnosis of EHBA.14 This was not confirmed in 21 of 40 infants with IHD who had a ratio of >2, while 7 of 45 infants with EHBA had a value of <2. The appreciably higher serum bilirubin value found was also of little clinical relevance because of the overlap between the 2 groups.
The limitations of isotope excretion studies are well illustrated in this series. Although 131IRBE was <10% in 36 of 37 (97%) infants with EHBA, it was also equally low in 6 of 26 (35%) We conclude that in infants in whom genetic disorders such as cxl antitrypsin deficiency or cystic fibrosis have been excluded by specific investigations, liver biopsy specimen interpretation with an overall accuracy of 86-5%, together with excretion of 131IRBE that has an accuracy of 84%, remain the best means of identifying infants who require surgery for EHBA and of avoiding unnecessary laparotomy in infants with intrahepatic disease.
We are grateful to Mrs Pamela Golding for typing this manuscript.
extrahepatic biliary atresia.
The prelaparotomy diagnosis of Portmann 
